Myotonic dystrophy, a multi-systemic disease with cardiac involvement, is the most common inherited neuromuscular disease. Here, we report the results of radiofrequency catheter ablation of persistent atrial fibrillation in a patient with myotonic dystrophy and achalasia-like esophageal dilatation.
Introduction
Myotonic dystrophy (dystrophia myotonica [DM] ) is an autosomal-dominant, multi-systemic disease for which the clinical presentation includes myotonia, muscular dystrophy, cardiac involvement, posterior iridescent cataracts, and endocrine disorders. 1 The incidence of myotonic dystrophy type 1 (DM1) has been estimated to be 1 case per 8000 births, and its worldwide prevalence ranges from 2.1 to 14.3 cases per 100 000 inhabitants. 2 In patients with DM1, cardiac involvement (e.g., conduction abnormality and conduction blocks) is common; such involvement contributes significantly to DM1-related morbidity and mortality. 3 However, only few cases of arrhythmic cardiac involvement with significant gastrointestinal abnormalities, especially in the esophagus, have been reported. Here, we describe a case of myotonic dystrophy and achalasia-like esophageal dilatation with atrial fibrillation (AF) treated with radiofrequency catheter ablation (RFCA). Myotonic dystrophy was confirmed by genetic testing.
Case
On March 7, 2009, a 46-year-old man presented with palpitation that had persisted for several years. He had undergone DC cardioversion for AF 8 months prior. He did not have a history of hypertension, diabetes mellitus, dyslipidemia, or ischemic heart disease; however, he had a stroke 4 years prior. His electrocardiogram (ECG) showed AF ( Figure 1A However, the pressure in the lower esophageal sphincter was normal ( Figure 4B ). Therefore, we confirmed the diagnosis of aperistalsis (absent contractility) even though the esophagogram had an achalasia-like shape. Although no peristaltic movement was present in the esophagus, the pressure in the lower sphincter did not increase. Therefore, conservative treatment was given. The Diagnosis is confirmed by genetic testing. 1 Conduction system abnormalities are commonly observed in DM1. Fibrosis and fatty infiltration are observed together in the conduction system and might be part of the underlying mechanism of the development of conduction system defects. 5 Cardiac involvement is mainly because of selective degeneration of the infranodal conduction system. 6 While the His-Purkinje system is most frequently involved, any part of the conduction system can be affected. 7 In patients with DM1, atrial flutter and atrial fibrillation are common supraventricular arrhythmias and observed in approximately 25% of all patients. 7 Ventricular arrhythmias are also frequent. VT and ventricular fibrillation have been continuously reported. 8 Our patient had esophageal motility disorder in addition to aperistalsis. While he complained of mild impairment of swallowing, his symptoms were not severe; therefore, we did not perform any surgical treatment. Steinert suggested an esophageal involvement in DM and reported that swallowing disturbance occurs in one-third of all such patients. 9 Only one case of DM with cardiac involvement has been reported in Korea, which involved a patient with myotonic dystrophy with prolonged atrial flutter. 10 To the best of our knowledge, this is the first report of RFCA in a patient with persistent AF with DM and achalasia-like esophageal dilatation due to aperistalsis.
